Summary
scurvy is a nutritional disease caused by ascorbic acid deficiency and is potentially fatal. It was originally described in the 18th century by James Lind and associated with long sea voyages and insufficient citrus consumption. Its prevalence has declined markedly over the years but has still been described sporadically in certain countries. a 22-year-old woman with an anxiety disorder and anorexia nervosa, recent pregnancy and ongoing breast feeding, presented with a 10-day history of spontaneous haematomas in the lower limbs, gingivorrhagia and fatigue. the examination was remarkable for signs of minor bleeding without haemodynamic compromise, gonalgia and pale skin. Work-up studies revealed the presence of anaemia. Direct anamnesis identified a diet based solely of tea and carbohydrates due to distorted body image. With the working diagnosis of scurvy, nutritional support and oral vitamin C supplementation was initiated. Her symptoms and anaemia resolved in 30 days and the diagnosis was confirmed biochemically.
BaCkground
The ancient Egyptians described symptoms of scurvy as early as 1500 BC. In contemporary history, epidemics were described in the Renaissance era and during the 18th century by James Lind on British sailors at sea in 1746. Similar epidemics were also described during the Great Irish Famine, California Gold Rush and army life in the American Civil War. 1 Vitamin C, an enzyme cofactor and strong reducing agent, is crucial in several biochemical pathways such as collagen synthesis and antioxidant reactions. Its deficiency is frequently associated with folate and iron deficiency for sharing dietary sources. [2] [3] [4] Humans require exogenous vitamin C for the formation of collagen and to prevent tissue breakdown. 5 The presence of collagen synthesis disruption and consequent increased acute-phase reactant activity lead to the clinical syndrome of scurvy. This includes asthenia, arthralgia, myalgia, gingival hypertrophy, spontaneous bleeding (ecchymosis, petechiae and mucosal bleeding) and subsequent anaemia. In severe cases, patients can develop jaundice, fever and visceral bleeding with an increased mortality risk. 6 7 Mood disturbances are also frequent. 8 9 A diagnosis of scurvy is uncommon at present but still sporadically described. In adults, it can be associated with malabsorption syndromes, malnutrition, pregnancy/breast feeding, alcoholism or drug abuse, smoking and mental health conditions. It is an underestimated illness but with a favourable prognosis if early diagnosed. Treatment with vitamin C supplementation leads to an improvement of symptoms in 2 to 4 weeks. rare disease
CaSe preSenTaTion
A 22-year-old woman with a history of anxiety, anorexia nervosa and recent pregnancy with ongoing breast feeding presented to the emergency department with a 10-day history of asthenia, left-knee pain and a spontaneous petechial rash of the lower limbs. She also expressed a decreased vegetable and citrus intake during the previous 3 months due to dyspepsia. Other remarkable complaints were gingivorrhagia and hypermenorrhoea. She denied previous abortions, drug abuse or a family history of bleeding disorders.
Physical examination revealed a haemodynamically stable patient with the presence of pale skin mucosa, oedema of the left knee, petechiae and ecchymosis in anterior and posterior regions of the lower limbs (figures 1 and 2) and significant gingival hypertrophy (figure 3). Her body mass index of 14 kg/ m 2 supported the evidence of severe underweight. The examination did not provide other findings attributable to bleeding, visceromegaly or lymphadenopathy.
inveSTigaTionS
Complementary studies revealed the presence of acute normochromic normocytic anaemia (haemoglobin level 8 mg/dL), with a 3-point decrease compared with a test done 10 days before. Platelets, prothrombin time, partial thromboplastin time, fibrinogen, renal and liver function tests were in the normal range. A chest X-ray, abdominal ultrasound and ECG were also unremarkable.
The
TreaTmenT
During hospital admission, conservative management of knee haemarthrosis and other bleeding sources was decided on. Considering a presumptive diagnosis of scurvy, the nutritional and psychiatric teams were involved in the care of this patient. After drawing a blood sample that was derived for ascorbic acid levels testing, empirical treatment with vitamin C (1000 mg/day) and iron was initiated. The patient remained clinically stable, with no worsening bleeding and stable haemoglobin. For this reason, hospital discharge was decided with close follow-up.
ouTCome and Follow-up
The patient attended outpatient clinic follow-up at days 7, 14 and 30. By that time, the signs of spontaneous bleeding had resolved. The haemoglobin levels increased to normal and the patient showed a progressive increase in weight (4.2 kg). The dosage of plasmatic vitamin C levels (method high-performance liquid chromatography) showed values at the lower limit of normality (0.26 mg/dL), which added to the clinical criteria and a rapid response to specific treatment, confirmed the diagnosis of scurvy.
diSCuSSion
The features of scurvy in this young patient included fatigue, pain and the classic signs of spontaneous minor bleeding and anaemia without haemolysis or shock. The clinical suspicion of this disease should be raised in vulnerable groups for avitaminosis, such as patients with several malnutrition disorders. Therefore, it should still be considered while assessing patients with spontaneous bleeding in the presence of alcoholism, malabsorption syndromes, pregnancy and breast feeding. Other situations that should be taken into account are emerging and becoming established such as conditions of extreme poverty, war and periods of massive immigration (ie, refugees).
A literature review since 1957 revealed the presence of 410 cases reported worldwide. Of these, half occurred in adults. It is important to note that these reports come from both high income and low-middle income countries, highlighting the fact that this disease does not distinguish social class and seems to be related to the scourge of addictions, psychiatric disorders, as well as the growing trend in choosing fast food diets based on carbohydrates. 10 11 
rare disease
The present case is the first to report the presence of this disease in the combination of increased physiological nutritional requirements, low socioeconomic status and distortion of body image due to eating-psychiatric disorders.
Scurvy can be a potentially fatal disease. Previous literature reported cases presenting with severe haemodynamic compromise and a systemic inflammatory response. The differential diagnosis is wide and includes systemic diseases such as haematological and rheumatological, and localised disorders such as periodontal diseases.
Once a diagnosis has been suspected, the coexistence of other biochemical deficits should be considered. These include zinc, 12 iron and vitamin B. Moreover, the presence of conditions that may worsen or affect adherence to treatment such as gastro-oesophageal reflux and stomatitis should also be considered. In the present case, since the diagnosis was probable, we decided not to perform additional complementary tests.
In summary, we present a case of an adult in Argentina with unique characteristics, which leads us to reflect on the changes in human behaviour and dietary habits especially over the last 10 years. It is important to emphasize that an incorrect diagnosis can lead to increased morbidity and the misuse of resources in global public health.
learning points
► Adult scurvy does not distinguish social class and seems to be related to dietary habits or pathological behaviour. ► Adult scurvy should be maintained in the differential diagnosis of spontaneous bleeding, particularly in patients with nutritional disorders. ► The diagnosis and treatment can be simple, non-invasive with total and persistent recovery, being effective in the short term. ► A multidisciplinary teamwork plays a valuable role and the prognosis is favourable if adequately treated.
acknowledgements We thank the patient of this case and the Internal Medicine residency of the Hospital Italiano de Buenos aires.
Contributors sUp, BLF, LGFo and pDC contributed to the conception, design of the work, analysis and interpretation of the case. all the authors contributed equally to revising it critically for important intellectual content and the final approval of the version published.
Funding this research received no specific grant from any funding agency in the public, commercial or not-for-profit sectors.
